SUMMARY We have studied 166 patients from 71 families with Sillence type I osteogenesis imperfecta (dominant inheritance and blue sclerae). We confirm earlier findings that there are two subgroups, those with and those without dentinogenesis imperfecta; each family can be allocated to one or other group. Our confidence that the two groups represent distinct disorders is increased by finding that the patients with dentinogenesis imperfecta differ not only in their dental characteristics but also in other clinical features. They have a more severe disease with a greater fracture rate and a greater likelihood of growth impairment.
It has long been recognised that substantial variations can be found among patients with osteogenesis imperfecta (01). Patients differ not only in the natural history of the condition, but also in features such as growth impairment, skull shape, scleral colour, dental abnormality, and joint hyperextensibility. Radiologically the bones may be apparently normal or grossly abnormal. Genetic studies have shown that both dominant and recessive variants exist.
Consideration of all these forms of variation led Sillence and his colleagues1 to propose a classification in which there were two dominant varieties and two recessive varieties of 01. The two dominant varieties could be separated according to whether the sclerae were blue or not. The group with dominant inheritance and white sclerae (type IV) was small compared with that with blue sclerae (type I).
Subsequently Levin et a12 showed that patients with dominantly inherited 01 could also be separated into two groups according to whether or not dentinogenesis imperfecta (DI) was present. In five families all the members whose teeth were examined had opalescent teeth with typical radiological and scanning electron microscope appearances. In two families the teeth of all the members were normal. 
